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Onicocaxapuou — Kaac nOgiMepHUX 8y2nes00i8, AKi 6X00amb 00 CKAAOY 2MIKO3UOHOI YACMUHU MO-
JAeKyn enikonpomeinie ma enikoninioie. Ilopywenns ¢yukyii aizocomanvhuux 2ioponasz 3a ai30COMHUX
x8opo6 naxonuuenns (JIXH) npuzeooums 0o uacmkogoi abo nosnoi giocymuocmi Oecpadayii nesHux
2NIKONnpomeinie ma 21ikoainioie i, K HACAIO0K, 00 HAKONUYEHHS 8 Ni30COMAX KJIMUuH XapaKmepHux Hepo3-
Wenienux oni2ocaxapuoHux 1anylo2ie ma nioguwents ix exckpeyii iz ceuero. Memoio nawoi pobomu 6ys
ananiz pezyrbmamise monkouaposoi xpomamoepaghii (TILX) onicocaxapudis ceui y 300po6ux ocib piznux
8iK0BUX epyn ma 6 nayicumis i3 JIXH 013 po3pobKku npakmuunux pekomeHoayii wooo ougepenyiayii Hop-
Mu i namonozii 8 xo00i cenexmugHo2o Oioximiunozo cxpuniney JIXH. Odepoicani pezyromamu nokasanu,
wo 6 oinvuocmi 300posux ocio na naiacmunax TIIX eiomivanace nHe3Hauna ekcKpeyis oaicocaxapudis i3
R, > 0,15 wo modicna xapakmepuzyeamu K Qiziono2iuny onizocaxapudypiio, aka ooymosiena ocoonueo-
CMAMU XApY08020 Payiony dimell pizHo2o 6iKy ma memabonizmy 6 aizocomax. Tomy nio wac inmepnpemayii
3paskie ceui nayichmis 3 nioos3poio na naseuicmev JIXH Oiacnocmuuno snauumumu na THIX-naacmunax e
HAABHICMb 2PYN 0aic0caxapudis, SKi He 3yCmpIidaomosCs 8 3pa3Kax 300posux ocio, a maxodic 6ci gppaxyii 3i

3Hayenuam R e < 0,15.

Knwuoei cunoea: onicocaxapuou, TILIX, onicocaxapudypis, 1i30COMHI X860p0OU HAKONUYEHHSL.

Jirocaxapuam — II¢ KJac BYTJICBOMIB 13

HU3bKOIO MOJICKYJISIPHOIO MacOI0, MOJICKYJIN

SIKAX MICTSTB B 3 10 10 MOHOCaxapuaHUX
3QJIMIIKIB, 3'€HaHUX MK CO0O0I0 IIIKO3UIHUMH
3B's3kamu [1]. Omirocaxapuam BXOASATH A0 CKJIaTy
TUIIKO3UTHOT YaCTHHU MOJIEKYJ TIIKOIMPOTEIHIB Ta
DTIKOMIMIIB 1 IAATHCS Ha AU-, TPH-, TeTpacaxapu-
1 1 T.JO. 3aJI€KHO BiJ KUIBKOCTI MOHOCAXapHIHUX
3aJIHIIKIB.

Jlerpanmamiss TIIKOMPOTEIHIB Ta TIIKOJIMIIIB
BiI0yBa€THCS TMEPEBAKHO B JII30COMaX 3a YYaCTIO
J1130COMAJIBHUX T1poJia3, TAKUX K HelpaMiHiznasa,
o-hyKko3nmasa, o- i f-Mano3numasa, f-ragakTo3nmaasa,
o- 1 P-rmoko3nmaza, N-aleTHITEKco3aMiHigasa
tomo [2, 3]. JedimuT aKTUBHOCTI TEBHUX
J1130COMAJIBHAUX T1poJia3, SKUi BUHUKA€E BHACIITOK
TEHETUYHOTO Je(EKTY, III0 TOPYIITY€E CTPYKTY Py a0
MPOIECHHT [TUX EH3UMIB, IPU3BOIMTH JI0 YaCTKOBOI
abo0 TOBHOI BIACYTHOCTI merpazgarlii TEBHHUX
DIKOMPOTETHIB 200 TITIKOMIMIMIB 1, IK HACTI 0K, Ha-
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KOITWYEHHSI B JII30COMaX KJITHH XapaKTepHUX He-
posmienieHuX cyocTparis [4]. Bemuka rpyma cman-
KOBHX 3aXBOPIOBaHb, fKi BHHUKAIOTH BHACIIIOK
TaKUX METaOOIIYHUX MOPYIICHb, OTpUMaia Ha3BYy
ni3ocoMHi xBopoOu HakonmueHHs (JIXH).

JIXH — rpymna cmangkoBuX MeTaOONIYHUX 3a-
XBOPIOBaHb, KA HaJIIy€e O1n3bK0 60 HO30IOTTIHUX
(hopM 3ajeKHO BiJl IEPBUHHOTO OlOXIMIYHOTO JIe-
(dhexty [4]. CymapHa 9acTOTA, 3 SIKOIO 3yCTPIYaIOThCS
JIXH, cranoButs 1 : 7 000 HOBOHApPOIKEHUX, ajie
IHIWBITyallbHa 4YacTOTa OLIBIIOCTI 3aXBOPIOBAHB
3 1iel Tpynu cTaHoBUTH MeHIIe Hix 1 : 100 000
[4]. Taka pigkicHICTH, a TaKOXK 3HAYHA TCHETHIHA
TEeTePOTCHHICTh Ta KIIHITHUN moniMopdism JIXH
00YMOBJTIOIOTh HEOOXITHICTHh BUKOPUCTAHHS JTBOX-
eTaIHOT0 TIiAX0Ay A0 OIOXIMIYHOI MiarHOCTHKH
UX 3aXBOPIOBaHb: CKPUHIHTOBOTO €TaIly, SKAN
JIO3BOJISIE BIOKPEMUTH HEBEIIMKY TPYIy OCi0 3
BHCOKOIO KMoBipHicTIO JIXH cepen Bemmkoi Tpy-
mu ocid 3 MiI03pOr0 Ha HASBHICTH ITIET MATONOTIT;
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Ta eTamy MiATBEepPIKYBalIbHOI AIarHOCTUKH, SKHH
3a0e3neuye  HO30JM0riYHYy niarHocTuky JIXH
LUISIXOM BUSIBJICHHSI TIEPBUHHOTO O10XiMi4HOTrO
nedekry, TOOTO neiUUTY aKTMBHOCTI II€BHOI
Ji30coManbHOI Tiaponasu. bioxiMiYHNUN CKPUHIHT B
XO/1 A1arHOCTUKY CIIAJKOBUX META0OIIYHUX 3aXBO-
PIOBaHb IPOBOAUTHCS CePEI BETNKOI KITBKOCTI 0Ci0,
TOMY 3 LIi€}0 METOI0 BUKOPHCTOBYIOTH HECKJIAIHI,
4acToO SKICHI METOJU aHaIi3y, MO He MOTPeOYIOTh
3HAUHUX BUTPAT Ha iX mposeaeHHsA. OqHUM i3 Ta-
KHX METOIB aHalli3y PEYOBHH € TOHKOIIapOBa
xpomarorpadis (THIX).

THIX omirocaxapuaiB Ha CHJIIKareii BIep-
me Oyno BUKOpHCTaHo B 1972 pori s mepBHUH-
HOTO CENIEKTHBHOTO CKPHHIHTY manieHTiB 3 JIXH
[5]. Marosoriunmii mpolec HAKOMUYEHHS HEpPO3-
HICTUICHUX [IIKONPOTETHIB a00 TIIKOMIMIAIB Yy
Ji30comMax, 00yMOBIICHHH Ae(iIUTOM BiMOBITHUX
Ji3ocoMalnbHUX Tigponas y xBopux i3 JIXH
NPHU3BOAMTH JO YTBOPEHHS BEIMKOI KIJIBKOCTI
oJlirocaxapuJHUX MOJEKYJ] Ta MiJBUIIEHHS 1X
exckpeuii i3 cedyero. TakuM YMHOM, BUSBIICHHS B
ceui rinepekckpenii oirocaxapuaiB pizHOI JOBXKH-
HU MO>KE€ CBIIYMTH MPO HAsBHICTH y mamienTa JIXH.

Crnip 3a3HauuTH, 1O e(QEeKTUBHICTH BHUKO-
pPHCTaHHS TEBHOI'O METONY IIarHOCTHKHM Hamps-
My 3aJIeKUTh BiJ] HOro cnenudigHocTi, TOOTO Bif
MOJKJIUBOCTI 3 BHCOKOIO BIPOTiJHICTIO PO3MEXY-
Batu HOpMy 1 matojorito [6]. Came Take po3me-
kyBaHHs 3a mpoemeHHs TIHIX omirocaxapumuis
4acTo AyXe yckiagHeHe. Bimomo, mo He3HauHa
KiJTBKICTh BYTJIEBOAIB Ta OJIrocaxapuiB MpUCyTHI
B Ce€dYi 370pOBOi JIFONWHU [3], BKJIIFOYAIOYH TIIFOKO-
TeTpacaxapuju, IO YTBOPIOIOTHCS B pasi pyW-
HyBaHHS TJKOreHy [7] 1 TpuW-, NeHTacaxapuju,
HAsIBHICTh SIKMX 3aJIOKUTh BiJI CHCTEMH TpYIH
kpoBi ABO, ropmonanbHoro crarycy i nietu [§].
30iNbIICHHS KINBKOCTI oOJirocaxapuaiB y ceui
CIIOCTEpIraeThcs y BariTHUX JXKIHOK [9], y HOBO-
HapOKEHUX HEMOBIIAT, SIKi Xap4yylTbcid Tpya-
HUM MOJIOKOM Ta B HeJIOHOIICHUX HemoBaaAT [10].
TakuM uwmHOM, BHKOpucTaHHsA wMmetony TIIX
oJlirocaxapuiiB cedi IJisl CEJIEKTUBHOIO CKPUHIHTY
JIXH 6yne matu BUCOKY €(EKTHBHICTb JTUIIIE B pasi
3IaTHOCTI AW(EpeHIiFoBaTH CHenudiuyHi 3MiHH,
XapakTepHi JuIs (i3i0NorivHOl oJirocaxapuaypii
ta JIXH. Ile m03BONIMTH 3HU3UTH WMOBIPHICTH
XUOHONO3UTHUBHOT abo XUOHOHETaTUBHOT
JiarHOCTUKH BIANOBIAHOI MATONOTI{ 3a CEJIEKTHUB-
HOTO CKPUHIHTY i, IK HACIIOK, paIlioHaIbHIIIE BHU-
KOPHUCTOBYBATH CKJIaJiHI, BUCOKOBAPTICHI METOIN
MATBEPIKYBaIbHOI miarHoctuku JIXH.
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Mertoro Hamoi po6oTHu OyB aHaJli3 pe3yabTaTiB
TIIX omirocaxapuaiB cedi y 370pOBHX OCi0
pI3HHX BIKOBHX TPym Ta B mamieHTiB i3 JIXH mms
pO3pOOKM  MPAKTUYHUX PEKOMEHMIAIIN  II0I0
nudepeHIriarii HOpMH 1 MaToJoTii B X0i CEICKTHUB-
HOTO OioximMigHOTO CKpUHIHTY JIXH.

MarepiaJyu i MeToan

Marepiamom mist gociimkeHHs Oyna mobosa
ceda 3710poBHUX 1HiTed BikoMm mo 1 poky (20 oci0),
Bix 1 mo 5 pokiB (20 ocib) Ta miTelt BikOM cTapiie
3a 5 pokiB (20 oci0), a Takox maitieHTiB (1867 oci0)
13 PI3HUX peETioHIB YKpaiHW, SKi 3BEpHYIUCS 3a
KOHCYJIBTAIlI€El0 B MEIUKO-TEHETHYHUH TICHTP
(MI'l) 1 LlenTp MeTa0OMYHUX 3aXBOPIOBaHb
(IM3) HACT «OXMATIAUT» MO3 VYxpaiau 3
IT1103pOI0 HA HASBHICTH CITAIKOBUX XBOPOO 0OMiHY
PEYOBHH.

Jns mocmimkeHHS BUKOPHCTOBYBAJIH 3pas-
ku mo06oBoi ceui. TIHIX omirocaxapumiB mpoOBOIH-
T Ha TIACTHHAX MOBXHUHOIO 20 CM 13 TTOKPUTTIM
Silica gel 60 ma amrominieBii migkmanmi (Merck,
Himveunna). Ilepen BHKOpHUCTAHHSM IIJIACTHHHU
mporpiBajgu Ha HarpiBadbHOMYy mpuctpoi YCII-
IM mipu 100 °C mpotsirom 15 xB. 3pa3ku HATHBHOL
cedi neaTpudyrysanu npu 2000 g mpoTsarom 10 xB,
MICJIST YOT0 CyMepHAaTAaHT BUKOPHUCTOBYBAJH IS
HaHeceHHs Ha TIIX-miacTuHy Ta 118 BU3HAYEH-
Hs PiBHSA KpeaTuHiHy. PiBeHb KpeaTHWHIHY B cedi
BH3HAYAJIA 32 KIHETHIYHUM MeTomoM Sdde i3 myx-
HHUM TIIKpaTOM Ha aBTOMATUYHOMY Oi0XIMIYHOMY
anaizatopi Cobas integra 700 (Roche Diagnostics,
HimewuwmHa) i BUKOPUCTOBYBAIN IS PO3PAXyHKY
3arajgpHOT0 00°eMy 3pa3Ka, 1o Hanocuscs Ha THIX-
mactuHy. 3pa3ku Ha THIX-mracTuHT HAHOCHITH 32
JTIOTIOMOTOI0 KaImijisipa B KUIBKOCTI, €KBiBaJICHTHIM
20 MkT/1 KpeaTuHiny (mpudmu3zno 10-20 M), TOH-
KOI0O CMYXKOI0 JOBXHHOIO 10 MM, migirpiBaroudn
B IIel Yac IMJIAaCTUHY Ha HarpiBaJbHOMY HPHUCTPOL
YCII-IM po temmeparypu 40 °C [2]. Jus mpose-
neHHss THIX BUKOPUCTOBYBAJIM CKISIHY Kamepy
BrcoToro 20 cMm. CrucrtemMa pO3YMHHHUKIB I TIPO-
BEIICHHS aHANI3y CKJAaajiach 3 JBOMISTHOI OITOBOL
KUCJIOTH, OyTaHONYy Ta JCiOHI30BaHOI BOAM B
criBBigHomeHHi 2 : 1 : 1 Bigmosigno [11]. Sk cran-
mapt BukopucToByBamn 10%-ii po3UWH JAKTO3W,
HaHeceHWH B KimpkocTi 10 mxm. THIX-mmactuHu
BHMaN 3 KaMepH, KOJIM BiJCTaHb BiJ BEPXHBO-
ro Kparo IUIACTHHH JI0 Kpaio (PPOHTY PO3UYMHHHKA
cranoBuia 0,5-1,0 cm. IlnactuHu BUCyIIyBaJIM IpU
KIMHATHIN TeMneparypi y BUTSKHIN madi. s no-
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CSITHEHHSI BUIIOTO CTYICHS PO3JAUICHHS (QpaKIii,
MPOrOHKY TPOBOAMIAN ABiui. [lns Bizyamizamii
¢pakuiii onirocaxapu/iB BUKOPUCTOBYBAJIU OPIIH-
HOBMH peareHT (50 Mr oprunHy, 9,5 M eTHUIOBOTO
cupty, 0,5 Ma 98%-01 cipuaHOi KHCIOT), IKUI Ha-
Hocwii MetonoM noiausanus THIX-mracTuH 13 no-
JanbuM nporpiBanHsM miactuau npu 100 °C mo
nosiBM 3a0aprieHH [11].

HIBUAKICTE pyXy PEUYOBHHH i 4ac IPOBEICH-
Hs THIX 3anexuTh BiJl BUAY pO3UMHHUKA, COPOEH-
Ty Ta TEXHIKH eKcrepuMeHTy. Jus iHTepnperanii
pesynwrarie THIX onirocaxapuaiB y cedi BHKO-
PHCTOBYBaJIM 3HA4YECHHS BiAHOCHOrO KoedilieHTa
PYXJIMBOCTI 3 JIAaKTO3010 SIK peepeHTHOI peuoBHU-
Hu (R, ), a i ouinkyu sikocTi nposenenus THIX
BUKOPUCTOBYBAJIM  PO3pPaxyHOK  aOCOJIOTHOTIO
KoedilieHTa PyXJIUBOCTI pedepeHTHOI PEUOBHHH

(R) [12]:

Rige =

A . _ b
B’ f—E,

ne A — BiJICTaHb, Ky NpOWIIA PEYOBMHA, IO
BHU3HA4Ya€ThCs; b — BijicTaHb, AKy TpoHmuIa pede-
peHTHa pedoBWHa (JlakTo3a); B — Bimcradb, sKy
MPOHIIOB (PPOHT POZUNHHHUKA.

AHai3yroun pe3ynbraTH, HE BPaxOBYBaJH
3pasKH, B AKX 3HAYCHHS R, JIAKTO3M CTAaHOBH-
1o menme 0,28, Tomy 110 32 TaKUX YMOB HEMOX-
JINBO Bi3yasTi3yBaTH Ta BipHO imeHTH(]IKyBaTH BCi
(bpaxiii oirocaxapuiais.

Pe3y.]'II)TaTI/I Ta 06FOB0pel—[Hfl

Omirocaxapuay, sKi HAKOMTHYYIOTECS B ce€Ui Y
nanienTiB 13 JIXH, XxapakTepu3yloThCcsi HasIBHICTIO
3-8 caxapuJ HHX 3JHIIKIB y CBOIl cTpykTypi [1].
Takum 9uHOM, PpaKIIii OJirocaxapuIiB, SKi MarOTh
niarnoctuune ans JIXH 3HaueHHs, XapakTepu-
3y10ThCs 3HadeHHsaM R, < 1 1 ma TIIX-nnactuni
PO3MILIYIOTBCSA MiXkK CTAPTOM 1 (PPaKIIi€IO JIAKTO3H.
B icHytouiif Ha CbOTOIHI METOAMYHIN JiTeparypi
OCHOBHHM KpPHTEPIEM BUKIIOUCHHS MATOJOTITHOL
oJlirocaxapuaypii BBa)Ka€ThCS BIJCYTHICTh Ha
THIX-nnacTuni Gppakuii omirocaxapunis iz R, <1
[13, 14]. Ane Ha TpakTHUIi TOBHA BIJICYyTHICTh Ta-
KuX (pakuiid 3ycTpidaeThecs AyKe PiaKo, 0COOIH-
BO B JIiTell paHHBOTO BiKy. lle 3HaYHO yCKIamaHIOE
inTeprperamnito pesynsrariB TIIX omirocaxapumin
cedi 1 IpU3BOJUTS JI0 30LITBIIICHHS KIJIBKOCTI XUOHO-
TTO3UTHBHUX PE3YIbTaTiB 010XiMITYHOTO CKPUHIHTY
Ha JIXH. Tomy Hamu Oyio NpOBEACHO OLIHKY
¢izionorivyHoi onirocaxapuaypii, xapakTepHoi s
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3JI0POBUX OCI0 PI3HUX BIKOBUX I'PYII, 3 METOIO PO3-
pOOKHU 00’ €KTUBHUX KPUTEPIiB i1 BU3HAUCHHSI.

Takoxx OyJIoO TIPOAHAI30BAHO EKCKPEIit0
OJIIrOCaxXapuiiB i3 CeUer B TPbOX TpyIMax JiTEH:
I rpyna — giTm paHHBOTO BiKY O OJHOTO POKY
(20 oci6); II rpyma — mitm Big 1-ro poky 1o 5
poxkiB (20 oci0); 11l rpyna — ocobu crapiie 5 pokis
(20 ocib).

[lin gac BuaiJieHHS caMe IIUX BIKOBHX T'PYIl
Opayiin 70 yBard, 10 OCHOBHOIO TNPHYUHOIO BH-
HUKHEHHS (i310JIOTIYHOI oJlirocaxapuypii B JIro-
JMHHA € BUCOKHH BMICT y MPOAYKTaX Xap4yyBaHHS
OJIiroCcCaxapuIiB, SIKi HE MEPETPABIIOIOTHCS B Ty H-
KOBO-KHIITKOBOMY TpakTi [15]. 3Baskaroum Ha Te, 110
OCHOBHHM J[KEPEIIOM MOTPAIUISTHHSI B OpraHi3M i€l
TPYyHH OJIrocaxapuiiB € MOJOYHA ika, BIKOBHI
po3moAin AoCHiKEeHNX HaMH oci0 Oa3yBaBcs Ha
0COOJTMBOCTSX Xap4yBaHHsI, a caMe BpaxoByBajach
YacTKa MOJIOYHOI CKJIaJioBOi B JIOOOBOMY pallioHi
0ci0 pi3HUX BiKOBHX Tpym. [liTH 10 pOKY mepeBak-
HO 3HaXOASATHCS HAa TPYIHOMY BUTOJOBYBAaHHI, a, SIK
BiJJOMO, Tpy/JHE MOJIOKO XIHKH MICTUTb HaWBHLIY
KUIBKiCTh onirocaxapuaiB [10], mo moxe crpusi-
TU MiIBUINEHHIO eKCKpemii iX i3 ceuero. Y miTeit
BiKOM 1-5 pOKiB 4acTKa MOJIOUYHUX MPOAYKTIB B JI0-
0OOBOMY paliOHI IIe € JOCUTH 3HAYHOIO, ajie¢ BOHU
MIpeICTaBIICH] IEPEBAKHO BUPOOAMH 3 KOPOB’SIYOTO
MOJIOK2, B SIKOMY BMICT OJIITOCaXapHIiB MEHIIE
[16]. ¥V crapmux mitei (micias 5 pokiB) i B Jopoc-
JUX YacTKa MOJOYHUX IPOAYKTIB B J000BOMY
partioni 3meHmyetrbes [17], a, OTkKe, €K30TE€HHE
oJlirocaxapuaHe HaBaHTKCHHS Ha OPTaHi3M TEX
3MEHIITYETHCS.

OneprxaHi pe3yabTaTH TTOCITIKCHHS
eKCKpeTIii oJlirocaxapuiiB i3 CEYCI0 30POBHUX OCIO
MOKa3ajdd, IO y TepeBaKHIW OiIBIIOCTI miTEH
I rpynu (y 18 i3 20) cmocrepiraiach HasBHICTh
xapakTepHux (pakiiii ojirocaxapuliB B cedi
(puc. 1). CoekTp omirocaxapupiiB (radm. 1), mo
BisyamizyBaBcs Ha TIIX-mmactuni B agiteld mep-
HIOTO POKY XUTTSA, OYyB OAHOTHUITHHM 1 XapakTe-
pHU3yBaBCsl HASIBHICTIO BEIHMKOI KUTBKOCTI (hpaxii,
pi3HUX 3a pyXJuBicTIO [2, 3]. OMHOTUIHICTH CHEK-
Tpa Qpakuiii omirocaxapuaiB y giteid | rpynm
JI03BOJISIE TOBOPUTH PO crienudiuHy ¢izionaoriyny
oJIirocaxapuaypito JiTell paHHBOTO BiKYy, siKa 00y-
MoBJIeHa (Di3i0JOTIYUHUMH OCOONIMBOCTAMH ITUX
ITeH 1 XapaKTepU3YEThCs BEIHMKOI KIBKICTIO
pI3HUX 3a PYXJIUBICTIO (pakmid mpuOIH3HO
OJTHAKOBOI 1HTEHCHBHOCTI.

3a mpocmimxeHHs cedi OinpmrocTi aiteit 11 rpy-
i (15 13 20) ta III rpymu (12 i3 20) ciocTepiranach
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. — JN1aKTOo3a

-0,76
- 0,68
- 0,59
049
. -0,38
-0,29

-0,20
-0,15

1 2 3

Puc. 1. TIIIX onieocaxapudie ceui oimetl paHHb020
giky: 1 — 3pasox, ezsamuil 6 oumunu eikom 21 Oenw,
2 — cmanoapm 1akmosu, 3 — 3pa30K, 83muil 8 Ou-
Mmunu 8iKkoM 6 MicAYi8

Tabaruysa I 3unauennsa R, onicocaxapudisy 300-
posux dimeii

No I rpyna IT (1-5 pokiB) Ta
- (0—1 pix) III rpyma (crapiie 5 pokiB)
1 0,86—-0,90 0,87-0,91

2 0,69-0,76 -

3 0,63-0,68 -

4 0,55-0,63 0,53-0,63

5 0,47-0,50 0,47-0,50

6 0,36-0,42 0,34-0,42

7 0,29-0,33 -

8 0,20-0,28 0,20-0,28

9 0,15-0,21 0,15-0,21

HEe3Ha4YHa OJiTrocaxapuaypis, i JUIIe B JesTKUX 0Ci0
(bpaxmiif oirocaxapu/iiB He OyJ10 BUSBIEHO B3arai
(puc. 2).

AHami3yroun  CHeKTPH  OJIrOCaxapwu/liB,
xapakTepHi s 3mopoBux ocid II ta III BikoBUX
rpyn Hamu OyJio BiIMIYEHO HASBHICTH (Ppakiliii 3
nokasHukaMu Rlac, mo BiANOBiIAIOTH TPHOM TPY-
nam omirocaxapuiiB — jerkux (R, = 0,87-091),
cepennix (R, = 0,34-0,63) Ta Baxkux (R, = 0,15—
0,28) (rabmn. 1) [2, 3].

Ha BigMmiHy BiJ criekTpa, XapaKTepHOTO s
IiTel paHHBOTO BiKY, B 310poBuX 0cid 11 ta Il rpyn
(bpaxmii omirocaxapwmiB Oynu HEYITKi, 1HOAL
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— NaKTO3a

-0,88

-0,53
- 0,47

-0,35

| —-0,21
-0,17

e
1 2 3 4 5

Puc. 2. THIX onicocaxapudis ceui Oimeti 8ikom
6i0 1 0o 5 pokie ma cmapwux: 1 — oumuna @ixom
1,5 poku, 2 — oumuna eixom 5 poxis; 3 — cmanoapm
aakmosu, 4 — oumuna sikom 9 poxis; 5 — ocoba
37 pokis

HEO(POPMIICHI B KOMIIAKTHY ILISIMY, ajie MaJH TpH-
OJIU3HO OJHAKOBY IHTEHCHBHICTh. TakuM 4YHHOM,
OMHOTHITHICTh CIEKTpa OJirocaxapumiiB y JiTei
BikoM Bij 1 710 5 pokiB Ta B niTel BikoM cTapiie 3a 5
POKIB i BiICY THICTb Pi3HHIII B 3Ha4€HHI R,  (pakiii,
0 B HUX BHUSABISIOTHCS, 0O0YMOBIIOE OTHAKOBHI
MiJIX1JT 0 OLIHKHU (hi3i0JIOTIYHOT oJlirocaxapuypii
B 0Ci0 IIUX BIKOBUX TPYTI.

Cnuparouuck Ha  pe3yibTaTu THIX
oJlirocaxapujiiB, OJepXaHi B 3pa3Kax 3JI0po-
BUX 0Ci0, HaMu OyJ0 IpOaHaJi30BaHO CIICKTPH
oJlirocaxapuiB cedi MalieHTiB i3 MiZO3po0 Ha
HasBHicTh JIXH. 3a mepion 2004-2013 pokiB y
nmabopatopii meguuanoi reneTuku HJICJI «OXMAT-
JUT» metomom TIX omirocaxapuais ceui O0yio 00-
cTexxeHo 1867 mamieHTiB 13 Mi03pOI0 Ha HASIBHICTh
JIXH. ¥V 87 3 Hux Oyl0o BUSBIIEHO IAaTOJOTIYHI
¢dpakuii oxirocaxapumiB, SIKi HE 3yCTpiYaNIHCh Y
3JI0pOBUX 0Ci0 BiAMOBiHOI BikOBOI rpymu. [le-
TalbHO TPOAHAJI3YBaBIIN JaHiI KIIHIYHOTO 00-
CTeXKEHHS, UMM TMalieHTaM OyJlo MpOBEAEHO
CH3UMOJIaTHOCTUKY IJIS IMATBEPIKCHHS diarHO3Y
meBHoOi JrizocomHoi maromnorii. [liarHos JIXH Oymno
niaTBepkeHo B 71 mamienta (tadm. 2).

Amamiz pesynsratiB TIIX omirocaxapumis
y TAaIlieHTiB 13 MiATBEPIKEHUM  JiarHO30M
JIXH 103BOJWB OI[IHUTU CHEKTP CHEHU(PIYHUX
oJrirocaxapuaHUX QpakIliid, XapaKTepHUM IIIS Pi3HOL
J30COMHOT IMaTOJIOTi1 1 HAa OCHOBI I[LOT'O aHAJTI3Y BU3-
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Tabruys 2. Jlizocomni xeopobu Haxonu-
YeHHs, BUABNEHI 8 NAYIEHMI8 13 NaAmol02IYHOIO
onizocaxapudypieio

3axBOPIOBAHHS KIHI.)KIC?L

MaIiEHTIB
Myxkomnomnicaxapuo3 11 30
GM1-rauriaiosu103 20
Myxomosicaxapuaos I 17
lanmakrocianinos 1
Cianino3 1
o-MaHo31103 1
Myxomnomicaxapumos [VB 1

HAuUUTH KpUTepil OudepeHIianbHoi A1arHOCTUKH
JIXH y narmi€eHTiB 3 oyirocaxapumypiero.

Ha puc. 3 mnokazano ¢parmentn TIIX-
IJIACTHH 31 CIIEKTPaMHU OJirocaxapu/IiB, BUSBICHUX
y MALI€HTIB 13 MiATBEepIKeHUM niarHozom JIXH.

AHaJi3y1041 CIIEKTP OJIirocaxapuiiB, 10 BU3-
HayvaBCs B MAIIE€HTIB i3 MiATBEPIKESHUM J[iarHO30M
JIXH, no yBarum Opaiu 0COONHMBOCTI KJIiHIYHOTO
nepediry KOKHOTO 3aXBOPIOBAHHS, a TaKOX BIK
naiieHTa Ha MOMEHT oOcTe)xeHHs. Bci mauieHTH
3 GMI1-raumnmo3n030M Ta TaJlaKTOCIaIi030M Ha
MOMEHT 00CTeXEHHSI MaJIi BiK 70 | poKy, Todi sIK

R
5 =
LFE AR
|
) i
1 2 3 4 5

HAIIEHTH 3 M ATBEPIKEHUM JliarHo3oM inmux JIXH
Ha MOMEHT 00cTeXeHHs Oyiu ctapie 1 poky. Tomy
3HaueHHs R, Ui BUsABIEHHX y TaIienTiB ppakiiin
oJlirocaxapuiB IOpiBHIOBAIHU i3 (pakmisiMu, xa-
pakTepHuMH 171 (pizionoriunoi onirocaxapuaypii B
JUTEH BIAMOBIHOTIO BiKY (Ta0. 3, 4).

AHai3 omepKaHUX PE3yIbTATIB MTOKA3aB, IO
s JIXH, sixi cynmpoBoKyBaauCh MaTOJIOTTIHOIO
oJIirocaxapuypi€ro, XapakKTepHUM € HAKOMUYCHHS
pizHUX Qpakuiii oirocaxapuiais, ajie 1iarHOCTHIHO
3HaUMMHUMH € (pakiii, sSKi He 3yCTpiYaroThCs
B KOHTPOJIBHHX 3pa3kax 3m0poBux oci0. Tak, y
TMAII€HTIB 13 CialiJ030M crocTepiraiach HasBHICTh
cneuugiuHux ¢Gpakmiii ojirocaxapuliB B perioHi
R, 0,20 Ta 0,75 3a BiACYTHOCTi Oy[b-SKUX iHIIUX
(dpakmiti. 3a  @-MaHO3UIO3y  CIOCTepirajach
eKCKpeIlis IUIOI HU3KH PI3HUX 3a PYXJIHBICTIO
oJIirocaxapuiB 31 3HAYEHHSIM R, Big 0,043 1o
0,7, mo HexapaKTEepHO ISl 3M0POBUX OCIO cTapIoi
BikoBoi rpymu. Asie He Bci JIXH xapakrepusy-
BaJlMCSl HASBHICTIO YHIKAJbHUX CHEUPIIHIX
MMaTOJIOTIUHUX hpakiii OJTiTOCaxapuaiB.
Tak, y mamientiB 3 GMI-raHrmio3u03om,
rajakTociamiio3oM Ta Mykomodicaxapuaozom I, 11
ta IV B tuny Ha TIIX-imactuHi BizyasizyBaluch
XapaKTepHi, no0pe nodapOoBaHi rpynu
MaTOJOTIYHUX (PpaKIiii omirocaxapuiiB 3i 3Ha4YCH-
HIMHU Rlac < 0,15, 1110 BIAIOBIIaIOTH BaKKUM JIOBIO-

A . e
X1 S
6 7 8

9 10

Puc. 3. TIIX onicocaxapudis ceui nayienmis piznoco 6ixky 3 JIXH: I — cmanoapm naxmosu, 2 — GMI-
eaneniosudos (4 mic.); 3 — eanaxmocianioos (7 mic.); 4 — cianioos (4 poxu);, 5 — a-mano3zuoos (5 pokie); 6 —
Mmyxonoaicaxapuoos I; 7 — mykononicaxapuoos Il (9 poxis); 8 — myxononicaxapuoos IVB (7 pokis); 9 — 300po-
6a oumuna 0o neputoco poxy sicummsi, 10 — 30oposa oumuna 6 pokie
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Tabaruysa 3. 3nauenna R, paxyii onicocaxapudie ceui 6 nayienmis i3 JIXH do 1 poxy

KonTpoins (10 1-ro poky) ‘

GMI-ranrmioznnos (n = 20) ‘

lanakrocianigos (n = 1)

0,86-0,90 0,90
0,69-0,76 0,69-0,71 0,69
0,63-0,68 -
0,55-0,63 0,59-0,62 0,59
0,47-0,50 0,49-0,50 0,49
0,36-0,42 0,40-0,42 -
0,29-0,33 0,30-0,33 -
0,20-0,28 -
0,15-0,21 0,19
- 0,11-0,12* -
- 0,08
- 0,043-0,047 0,046

*XupHum mpudTom BUIIICHO (pakiii, IKi He 3yCTPIUalOTHCs B 37I0POBHUX OCIO BiAMOBIIHOI BIKOBOT KaTeropii.

Tabaruysa 4. 3nauenna R, ppaxyiii onicocaxapudie ceui 6 nayienmie iz JIXH cmapwe 1 poky

Konrpous . Mano3u103
(cTapmre Ciamigo3 (n=1) — MIIC I (n=17) | MIICII (n=30) | MIICIV (n=1)
1 poxy) (n=1)
0,87-0.,91 - - - - -
- 0,75* 0,70 0,69-0,71 - -
0,53-0,63 - 0,58 - - -
0,47-0,50 - 0,49 - - 0,47
- - 0,38 - - -
0,34-0,42 — 0,35 0,36-0,38 0,36—-0,38 0,34
0,20-0,28 - 0,28 - - -
0,15-0,21 0,20 0,20 - 0,20-0,21 -
- - 0,11 - - -
- - 0,08 0,07-0,09 0,07-0,09 0,09
- - 0,043 - - -

*Kupaum mpudrom BugineHo Hpakiii, ki He 3yCTPIidaroThCS B 3J0POBUX 0Ci0 BiAMOBIAHOI BikoBOi KaTeropii; MIIC —

MYKOIIOJTicaxapua03.

JIAHITIOTOBUM OJIirocaxapuiaM, iMOBIpHO TemnTa- Ta
OKTacaxapuiaM, BIICYTHIM y 3IOPOBUX 0cCi0 BCiX
BIKOBUX Tpym [2]. AJile BUABJICHI B IUX IAIlI€HTIB
CIIEKTPHU OJTITOCaxXapuaiB Oyau MOMIOHUMHE OAUH 10
OJTHOTO, III0 HE JaBaJI0 3MOTY PO3PI3HUTH IIi 3aXBO-
PIOBaHHS MiX c000¥0.

TakuMm dYWHOM, Ha TIACTaBl MPOBEACHHUX
JOCHIJDKEHb HaMU Oylio chOpPMYIbOBAHO HU3KH

112

MPAaKTUYHUX PEKOMEHMAIIN om0 I1HTEpIpeTarlii
pesynsratiB THIX omirocaxapuaiB y mamieHTiB i3
11/103poto Ha HasiBHICTH JIXH:

1. 3a mpoBenenns THIX omirocaxapuaiB cedi
00OB’$I3KOBUM € HaHECEHHs Ha IUIACTUHY Tapa-
JICTBHO 3 TOCTIKYBAHUMH 3pa3KaMU Ta PO3IUHOM
pedepentroi peuoBuHU (10%- po3UMH JTAKTO3M)
JIBOX KOHTPOJIBHUX 3Pa3KiB cedi JITeH 10 Ta cTap-
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1Ie 0JJHOTro poky. KOHTpOIbHI 3pa3Ku cedi OTpuMYy-
I0Th 32 CTAHJAPTHUM METOJOM 3JMBHOI cedi 0ci0
BIJIMIOBITHOTO BiKY [6].

2. lwrepmperamiss  pesynsraty — TIIX
oJlirocaxapu/iiB maiieHTa 0OOB’$I3KOBO Ma€ IPOBO-
JUTHUCH Y TMIOPiBHSIHHI 3 pE3yIbTaTOM KOHTPOJIBHOTO
3pa3Ka BiJIMOBiTHOI BIKOBOT KaTeropii.

3. ¥V OinbmiocTi 3M0pOBHX JIT€H J0 OJHOTO
POKY JKHTTS CIIOCTEPIraeThcsi €KCKpelisi BeTUKOI
KIJIBKOCT1 OJIirocaxapuiB 3 R,,. > 0,15, mo moxHa
BBaXKaTH 3a (i3i0JIOTIYHY OJIirocaxapuypito JaiTei
PaHHBOTO BIKY.

4. B mepeBaxxHOi O1JIBIIOCTI 3I0OPOBUX IiTel
CTapiie OJIHOTO POKY BiJMIYa€ThCs HE3HAYHA
oJlirocaxapunypis, sika 0OyMOBJIEHa OCOOIHBO-
CTSIMH MeTaboJIi3My; CIIEKTp OJNirocaxapuiiB y
3pa3Kax cedi 3JI0pOBUX JITEeH BIKOM BijJ OJHOTO JIO
IUATH POKIB 1 0ci0 cTapiie M’ TH POKiB MOMIOHUH Ta
Ma€ OJIHAKOBI 3HAYEHHS BiJJHOCHOTO KoedillieHTa
pyxamBocTi (R, ), TOMy He Mae€ pi3HHII B
iHTepIpeTanii pe3yiabTaTiB AOCHIIKEHHS 3pa3KiB
LUX BIKOBUX KaTeropiu.

5. PimenHs mnpo HasABHICT Yy TNalli€HTa
MATOJIOTIYHOI Oirocaxapuaypii MpUIMaeThCs Ha
IiACTaB1 BUSBJICHHS (PPaKIIiif, 110 HE 3yCTPIYarOThCS
B 370pOBUX OCIO BIJMOBIJHOI BIKOBOI Kareropii,
ado 3a yMOBM HasgBHOCTI Ha XpOMaTOIrpami,
nodapOoBaHiii OPLUUHOBUM peareHTOM, (pakIii,
SIKI 3HAYHO BIJIPI3HSIIOTBCS BiJi KOHTPOJBHHUX 32
IHTEHCUBHICTIO 3a0apBlIeHHS 200 32 KOJIbOPOM.

6. N BCIX BUMAJIKaX BUSIBJICHHS
naToNorivHuX (pakuiid oxirocaxapuniiB, HeBla-
CTHUBUX JJIsl 3pa3KiB 3JI0pOBUX OCIO BIJNOBIIHOL
BIKOBOi ~ KaTeropii, —HEOOXiJHO  3acTOCOBYBa-
TH JA1arHOCTUKY, IO MiATBEPIKYE BHU3HAYCHHS
MEPBUHHOTO  OIOXIMIYHOTO JE(PEeKTy METOoAaMH
SH3MMOJIIarHOCTUKHU B CHPOBATLI, JEUKOIHUTAX a0o
KyJIbTYypi (piOpobIacTiB MIKipH, a TAKOXK 3a JIOIIOMO-
T'OI0 MOJIEKYJISIPHO-TCHETUYHOTO aHAJi3y.

HiarHoctuka, 1o  nigTeepmkye  JIXH,
0a3yeTbCsl Ha CY4YaCHMX METOIaX eH3UMO- i
MOJICKYJISIDHOT JIarHOCTHKH, JOCTYIHHX JIMIIEC B

ISSN 2409-4943. Ukr. Biochem. J., 2015, Vol. 87, N 3

OMHHUYHHUX CIIELiaTi30BaHUX JIA0OPATOPIsLX, TOMY
o0 MoTpeOyIoTh 3HAYHMUX (IHAHCOBUX BHUTpAT Ta
BEJIUKOTro J0CBiy. [{lumM 00yMoBIeHa HEOOX1THICTh
palioOHaJILHOTO BiJOOPY TMAIE€HTIB i3 BUCOKOI
fimoBipHicTio JIXH mmisixom BpoBaKeHHS edek-
TUBHUX 3ac00iB  CEJIIEKTUBHOIO  Oi0XiMI4HOIrO
CKpHHIHTY 1i€l maromnorii B perionax kpainu. Jlo-
TpUMaHHS c(HOPMYJTBOBAHUX HAMU PEKOMEHIAllii
3a IHTepmpeTamii pe3ylbTaTiB  CEIeKTHBHOTO
Oioximiunoro ckpuHinry JIXH, siki cympoBomKy-
I0ThCS MATOJIOTIYHOI OJIirocaxapuypiero, J103BO-
JUTH 3a0€3MEeYUTH IIHPOKE BHKOPUCTAHHS IL[bOTO
METOJy, 3HHM3UTH WMOBIPHICTh XHOHOITO3UTHUBHOL
niarHoctuku JIXH 1, sik HACHIIOK, palliOHAJIBHIIIE
3aCTOCOBYBaTHU BHCOKOBAPTICHI METOIH
i ITBEP/IKYBAJIBHOI IIATHOCTHKY III€T TPYTIHU CIIaI-
KOBUX 3aXBOPIOBaHb IS IIJABUIICHHS SKOCTI Ha-
JaHHS MEJAMYHOI JIOTIOMOTH XBOPHUM.

TaxkuM YHHOM, MOKHA JIATH TAKMX BUCHOBKIB:

1. 3a inrepmperauii pe3syasratie THIX
oJlirocaxapujiiB  y TAIliEHTIB 13 MiJI03pOI0 Ha
HasBHICTH JIXH HEoOXiqHO BpaxoByBaTH HassBHICTh
¢izionoriuyHoi oJirocaxapuaypii B IiTel pi3HHX
BIKOBUX KaTETOPIi.

2. IlarosoriuHa oxirocaxapuaypis, oOyMOB-
nena pizaumu Gopmamu JIXH, xapaktepusyeThes
HasIBHICTIO crienu(ivHUX Qpakiii oirocaxapuis,
K1 HE 3yCTPIYalOTHCs B 3I0POBUX OCi0 BiAMOBIIHOT
BIKOBOIT KaTeropii.

3. OOMexeHHSIM BHUKOPUCTAHHSI METONLY
THIX omirocaxapuiiB € #oro HecnenuiuHiCTh
HIOI0 OKPEMHX JI30COMHUX 3aXBOPIOBaHb, LIO
00yMOBIIIO€ JIOLIJBHICTD BHKOPHUCTAHHS METOAY
THIX omxirocaxapu/IiB cedi JIMINE JIJIs TIEPBUHHOTO
010XIMIYHOTO CKPUHIHTY MAaLi€HTIB i3 MiI03pOI0 Ha
J130COMHY HaTOJIOTIO.

4. YV BciX BUNAJKax BHSIBICHHS MO3UTHBHHUX
pe3yJbTaTiB aHAII3Y OJIIr0OCaxapuIiB ceui METOI0M
THIX noTpiOHe MmiATBEPIKEHHS JIarHO3y HISIXOM
BUSIBJICHHSI TICPBMHHOTO OioXiMiuHOro abo reHe-
TUYHOTO JIEPEKTY.
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Onurocaxapuabl IPECTaBISIOT COO0H KIilacc
MTOJIMMEPHBIX  YTJIEBOJOB, BXOASIIMX B COCTaB
TJIMKO3UTHOM YacTH MOJIEKYJ TIIHKOIPOTEHHOB
¥ ruKonunuaoB. Hapymenue ¢yHKIuHM ITH30C0-
MaJlbHBIX THAPOJIA3 TPH JTU30COMHBEIX OOJIE3HIX
HakoruteHust (JIBH) mpuBoguT K 4acTUYHOMY WITH
MTOJTHOMY OTCYTCTBHIO JIETPaalliH ONPEIEICHHBIX
TJIMKOMIPOTENHOB W TIIMKOJIUIHUIOB W, KaK CIe-
CTBHUE, K HAKOTNICHUIO B JIN30COMAaX KJIETOK Xapak-
TEPHBIX OJUTOCAXAPUIHBIX IIENeH W MOBBIIICHUIO
WX 9KCKpenuu ¢ Modoi. [lenpio Hameit paboTsr OBIT
JETaJIbHBIA aHadu3 pPe3yJbTaTOB TOHKOCIOHHOMN
xpomarorpadun (TCX) onmurocaxapusioB MOYH y
3JIOPOBBIX JIUI] PA3HBIX BO3PACTHBIX TPYNIH U Y Ta-
nureHToB ¢ JIBH s pa3paOoTkd MpakTHYECKUX
peKoMeHanuii  oTHOocUTeNnbHO nuddepeHmuanum
HOPMBI ¥ TIATOJIOTHH TIPH CEIEKTUBHOM OMOXWMH-
yeckoM ckpuHuHre JIBH. [lonydeHnHble pe3yabTaThbl
MOKa3aJid, 9TO y OOJBIIMHCTBA 3OPOBBIX JIHI] Ha
TCX-nnacTuHAX OTMEYaIach HE3HAYUTEIbHAS DKC-
Kpelus LEeJoro psja oJurocaxapusioB ¢ Rlac > 0,15,
YTO MOXKHO XapaKTepH30BaTh Kak (HU3UOIOTHYE-
CKYIO0 OJUTOCaxapuypHro, KoTopas o0ycloBIeHa
0COOCHHOCTSIMHU TTHUIIIEBOTO paI[MoHa JIETeH pa3HOTro
BO3pacTa W MeTaboiu3Ma B nm3ocomax. [loaTomy
MIPU MHTEPIIPETAIMN 00Pa3I[0B MOUX TAI[UEHTOB C
nono3peHueM Ha Hajnuuue JIBH nuarnoctuuecku
3Ha4uMbIM Ha TCX-mracTuHax sIBISETCS HaJIMYHE
TPYIII OJTUTOCAXapHI0B, KOTOPbIE HE BCTPEYAIOTCS
B 00pasmax 370pOBBIX JIHII, a TaKXe Bce (ppakimu
co 3HaueHuem R, < 0,15.
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DIFFERENTIATION OF NORM AND
PATHOLOGY DURING SELECTIVE
BIOCHEMICAL SKREENING OF
LYSOSOMAL STORAGE DISEASES
WITH INCREASED EXCRETION OF
OLIGOSACCHARIDES

N. Y. Mytsyk'?, N. V. Olkhovych'?,
N. G. Gorovenko®?

"National Children’s Specialized Hospital
Ohmatdyt, Kyiv, Ukraine;
2SI Institute of Genetic and Regenerative
Medicine, NAMS of Ukraine, Kyiv;
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of Postgraduate Education, Kyiv, Ukraine;
e-mail: mytcyk nat@ukr.net

Oligosaccharides are a class of polymeric car-
bohydrates, which are constituents of a glycoside
portion of glycoprotein and glycolipid molecules.
The lysosomal hydrolase dysfunction due to lysoso-
mal storage disorders results in partial or complete
failure of degradation of some glycoproteins and
glycolipids, causing the accumulation of specific
undegraded substrates in the lysosomes of cells, the
formation of the great number of oligosaccharide
chains and their increased excretion with urine. Our
work was aimed at detailed study of the specifici-
ties of interpreting the results of thin-layer chroma-
tography (TLC) of urine oligosaccharides in healthy
persons of different age groups with the purpose of
further application of these data while differentiat-
ing the norm and pathology in the course of primary
selective screening of lysosomal storage disorders.
The results obtained demonstrated that TLC plates
for the majority of healthy persons had insignificant
excretion of a number of oligosaccharides (from
monosaccharides to hexasaccharides) with R,
> 0.15, which can be characterized as physiological
oligosacchariduria, conditioned by the metabolism
specificities in lysosomes. Therefore while interpret-
ing the urine samples of patients with the suspected
lysosomal storage disorder it is diagnostically rea-
sonable to examine the TLC plates for the presence
of both oligosaccharide groups, absent in the sam-
ples of healthy persons, and all the fractions with
R, <0.15.
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